Introduction {#sec1-1}
============

Classically, posterior reversible encephalopathy syndrome (PRES) manifests as reversible areas of altered signal in cortex and subcortical regions with predominance in posterior circulation. The syndrome commonly affects hypertensive patients, but may also occur in normotensive individuals in 20--30% cases.\[[@ref1][@ref2]\] PRES with spinal cord involvement (PRES-SCI) is an extremely rare entity which should be suspected when patients with PRES have neurologic signs clinicoradiologically located to spinal cord with severe hypertension or grade IV hypertensive retinopathy.\[[@ref2]\] We describe PRES-SCI involving the cervical spinal cord in a known case of Henoch-Schönlein purpura (HSP) caused by hypertension and uremia.

Case Report {#sec1-2}
===========

A 22-year-old male presented with a history of frontal headache for last 15 days. The headache worsened since last night followed by a few episodes of vomiting and sudden onset of drowsiness as well as blurred vision. Also, there were three episodes of abnormal involuntary body movements along with urine passage in cloth within last 24 h. There was no history of fever and upper or lower limb weakness.

Significant past history included recurrent episodes of abdominal colic, skin rashes, and black tarry stools without any diarrhea or vomiting in every winter season since the age of 7 years. The skin rash was palpable, nontender, nonpruritic and occurred predominantly on lower limbs and buttocks. There was no history of arthralgia or eyelid swelling. Each clinical attack was accompanied with rise in erythrocyte sedimentation rate (ESR), microscopic hematuria, positive stool guaiac test, occasional pus cells in urine, and albuminuria (1 +). Renal biopsy showed features of IgA nephropathy and skin biopsy revealed leukocytoclastic vasculitis. Based on clinical and biopsy findings, diagnosis of HSP was established and steroid (prednisolone 20 mg) based treatment was given on every attack. Last 2.5 years before the current presentation were uneventful without any treatment.

On current admission, his blood pressure was 200/140 mmHg and pulse was 100/min. The fundus examination revealed bilateral papilledema with grade 4 hypertensive changes. Deep tendon reflexes and power in all four limbs were normal. The sensory examination was unremarkable with normal flexor plantar response bilaterally. Serum electrolytes were normal. Routine blood analysis showed raised ESR (82 mm/h). Renal function tests were deranged (blood urea 112 mg/dL and serum creatinine 4.7 mg/dL). Urinalysis showed red blood cells (RBCs) 8-10/hpf, pus cell 2-3/hpf, epithelial cells 1-2/hpf, protein (2+), and no cast. Cerebrospinal fluid (CSF) examination was normal. Electroencephalogram (EEG) was normal. Renal ultrasound revealed smaller (right kidney −7.8 cm and left kidney −7.9 cm) and echogenic bilateral kidneys with poor corticomedullary differentiation and slight irregular cortical outline. Color Doppler study and MR angiography (time of flight) of renal arteries were normal. Magnetic resonance imaging (MRI) showed altered signal intensity areas involving bilateral cortical and subcortical parieto-occipital regions, bilateral cerebellar hemispheres, medulla, cervicomedullary junction, and cervical spinal cord until C6 vertebral level \[Figures [1](#F1){ref-type="fig"} and [2](#F2){ref-type="fig"}\]. There was no diffusion restriction. Contrast was not administered as patient has renal impairment. A patient was put on antihypertensive and antiepileptic medication with gradual tapering. Blood pressure, clinical symptoms as well as renal function tests improved and completely normalized within next few days. After 25 days, follow-up MRI showed complete resolution of the lesions from brain and cervical spinal cord both. Based on clinical and imaging findings, diagnosis of PRES-SCI was made.

![Axial T2W (a) and FLAIR (b and c) images showing edematous and hyperintense cortical and subcortical area of bilateral parieto-occipital regions (a and b) in symmetrical distribution along with hyperintensity in cerebellar white matter and medulla (c). Sagittal FLAIR image (d) showing medullary and cervicomedullary junction hyperintensity. T2W = T2-weighted, FLAIR = fluid-attenuated inversion recovery](AIAN-19-134-g001){#F1}

![Sagittal (b) and parasagittal (a) T2W images showing central cord hyperintensity extending until C6 vertebral level](AIAN-19-134-g002){#F2}

Discussion {#sec1-3}
==========

Hinchey *et al*.,\[[@ref3]\] first described a posterior hypertensive encephalopathy syndrome with a predominant posterior distribution of imaging findings on computed tomography (CT) or MRI. PRES typically involves the cortical or subcortical white matter area of parieto-occipital lobes. The atypical patterns include involvement of superior frontal sulcus, temporal lobes (40%), cerebellar white matter (30%), basal ganglia (14%), brain stem (13%), and splenium (10%). Unilateral involvement and intralesional hemorrhage can also be seen.\[[@ref1]\] Concurrent spinal cord affliction is exceedingly rare. Based on its several distinguishing clinical and imaging characteristics from classic PRES, De Havenon *et al*., named the entity as PRES-SCI.\[[@ref2]\] Compared to classical PRES, PRES-SCI tends to present earlier, is almost always associated with hypertension of higher grade and involves central cervical spinal cord reversibly with or without cord symptoms.\[[@ref2][@ref4]\] Patients often present with headache, nausea/vomiting, encephalopathy, visual disturbance, renal failure, and hypertensive retinopathy. Unlike the typical PRES, seizure episodes are less likely reported in PRES-SCI.\[[@ref2]\] Few seizure episodes were noted in our case although not documented on EEG.

PRES is a disorder of uncertain mechanism that impairs cerebral blood autoregulation and endothelial function leading to vasogenic edema. Similar arterial regulatory mechanisms appear to occur in the spinal cord. Despite the same vertebrobasilar arterial supply, cervical cord is less likely affected in PRES; possibly due to dense sympathetic innervations of spinal cord blood vessels, which may protect the cord if blood pressure exceeds the limits of autoregulation.\[[@ref5]\]

HSP is a childhood multisystem, small vessel, immunoglobulin A (IgA) immune complex-mediated leukocytoclastic vasculitis characterized by a classic tetrad of non-thrombocytopenic palpable purpura, arthritis or arthralgias, and gastrointestinal and renal involvement.\[[@ref6]\] In Henoch-Schönlein syndrome, clinically significant neurologic disease is rare and mostly affects subjects with severe kidney disease and hypertension.\[[@ref7]\] Neurologic manifestations in HSP are usually caused by cerebral vasculitis rather than due to secondary hypertension.\[[@ref8]\] Mostly occipital and posterior parietal lobes are involved in both cerebrovascular disease and hypertensive reversible encephalopathy. However, absence of diffusion restriction, reversibility, normal CSF examination, and normal cerebral vessels on angiography favor the latter.\[[@ref8]\] Our case is of atypical pattern of PRES and involves the parieto-occipital region, cerebellum, brainstem, and cervical spinal cord (PRES-SCI) secondary to HSP-associated hypertensive encephalopathy. To the best of our knowledge it is first case of such an association. The close differential of such a imaging presentation is encephalomyelitis; however, complete reversal of MRI abnormality by blood pressure normalization, normal CSF analysis, and absence of neurologic symptoms such as symmetric paraplegia, sensory loss below the lesion, and bladder dysfunction rules out such possibility.\[[@ref9]\]

Conclusion {#sec1-4}
==========

HSP can show unusual neurological manifestation due to renal impairment. MRI brain helps to narrow down the differentials and guiding the management.
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